Purpose When an X-linked pedigree of posterior lenticonus with cataract was identified further evidence for X-linked inheritance of this condition was sought. Results There were 38 cases of non-syndromic posterior lenticonus (�11%). There were 15 children from 13 pedigrees and 23 apparently sporadic cases. Of the 106 cases on the database with unilateral cataract 15 had posterior lenticonus (�14%). Eleven of 13 pedigrees were compatible with X-linked inheritance or autosomal dominant inheritance with variable expression.
The first clinical description of posterior lenticonus was in 1888 by Meyer.l There is a spheroidal, or conical protuberance of the posterior lens surface into the vitreous associated with a local thinning or absence of the capsule (Fig. 1) . This may be associated with a plaque of the posterior capsule and hyaloid
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remnant. Progression to cataract is variable, but many cases present as an acutely white lens in infants or young children.
Most cases are not associated with any systemic or ocular abnormality, are unilateral and appear to occur sporadically. Familial posterior lenticonus, without associated ocular or systemic abnormality, has been previously documented in 8 families in 4 case reports?-5 All previous reports of familial posterior lenticonus have bilateral involvement?-5 Butler2 reported a mother with bilateral lenticonus and her son with dense cataracts. Howitt and Hornblass3 reported a three-generation pedigree with probable autosomal dominant inheritance. Pollard4 reported 3 pedigrees, including one three-generation pedigree with autosomal dominant inheritance. Vivian et al.5 reported 3 cases of bilateral posterior lenticonus in boys, who are included in this series. The mothers of all 3 cases had posterior lenticular changes, less severe than their sons. They suggested that bilateral posterior lenticonus might, in some families, be inherited in an X-linked fashion.
The index pedigree of this paper has not been previously reported and consists of 2 sisters and their 4 children. One sister has clear lenses and 2 sons, with different fathers, who both had dense infantile cataracts with hyaloid remnants with posterior lenticonus noted at surgery. The sister has mild posterior capsular changes, a daughter with posterior lenticonus and asymmetrical fine nuclear opacities with cortical riders, and a son who had dense cataracts by 6 weeks of age with posterior plaque and capsular defect identified at surgery. When this family was identified further evidence of X-linked inheritance of non syndromic posterior lenticonus was sought. syndromes of Lowe and Nance-Horan and 3 children with Fanconi syndrome have been excluded from further analysis. None of the children was deaf. None of the non syndromic cases had microcornea. There were 38 cases of non-syndromic posterior lenticonus (�11%) ( Table 1) . There were 15 children from 13 pedigrees and 23 apparently sporadic cases. Of the 106 cases on the database with unilateral cataract 15 had posterior lenticonus (�14%).
Of the 38 children with non-syndromic posterior lenticonus identified from the database, 36 eyes of the 24 males have had cataract surgery at an average age of 14 months (range 2
The index case in pedigree number 5 presented with a unilateral white lens at 6 months of age and a posterior capsule defect was found at surgery. His other lens remains clear at 7 years of age as are his mother's lenses. His maternal grandmother and maternal uncle were both born with bilateral cataracts. Eleven of 13 pedigrees were comparable with X-linked inheritance or autosomal dominant inheritance with variable expression (Fig. 2) . However, in the other 2 there was father to son transmission.
There were 23 non-syndromic cases without a family history: 13 boys and 10 girls. Of the 23 non-syndromic cases 10 were bilateral (7 male and 3 female) and 13 unilateral (6 male and 7 female).
Discussion
Posterior lenticonus is a common cause of unilateral infantile cataract,6 but is thought to be a rare cause of bilateral cataracts. This study suggests that posterior lenticonus is responsible for a significant proportion of childhood cataracts presenting to a tertiary referral centre (-14% of unilateral and (-9% of bilateral cases).
The 14% incidence of posterior lenticonus in the unilateral cases on our childhood cataract database is comparable to 18% in Hiles' series. 1 Non-syndromic unilateral posterior lenticonus is generally thought to occur sporadically. This report includes 1 infant with unilateral posterior lenticonus with a family history of bilateral cataracts.
Unfortunately in cases with a family history many of the affected relatives were aphakic and it was not possible to obtain information on their lenses prior to surgery. Therefore there are limited data on variability of phenotypic expression. It is not known whether the relatives had lenticonus or just early-onset cataract.
There are two previous reports of boys with infantile cataracts associated with posterior lenticonus with mild posterior capsule changes in their mothers, suggestive of X-linked inheritance?,5 This report suggests that an X-linked gene mutation, affecting primarily the posterior capsule, may be responsible for some cases of posterior lenticonus. However, two of our pedigrees show father to son transmission, so autosomal dominant inheritance with variable expression occurs in some if not all pedigrees. 
